Chondroid syringoma is a benign mixed tumor characterized by sweat gland elements in a cartilaginous stroma. This rare tumor accounts for only 0.01% of all primary skin tumors and occurs only rarely in the periorbital region. Chondroid syringomas are usually 0.5 to 3.0 cm in size, with increased risk of malignancy in tumors larger than 3.0 cm. Here we report a rare case of giant chondroid syringoma arising in the lower eyelid, characterized by an epithelial component in a cartilaginous stroma.
Precis
We present a case of giant chondroid syringoma characterized by a mixed tumor with a prominent cartilaginous component Chondroid syringoma is a rare mixed tumor accounting for only 0.01% of all primary skin tumors. 1 These tumors most commonly occur in the head and neck region but only a minority arise in periorbital tissues. 2 These are usually slow-growing, asymptomatic, solitary, nonulcerating masses ranging between 0.5 to 3.0 cm in size. 3 Here we report a rare case of giant chondroid syringoma arising in the lower eyelid. This case information was collected and evaluated in a manner compliant with the Health Insurance Portability and Accountability Act (HIPAA).
Case Report
A 41-year-old white male presented with a slow-growing mass on the right lower eyelid (Fig  1) . The lesion had been present for the previous four years, with more rapid growth in the year prior to exam leading to a mechanical ectropion. On physical exam, the mass was nontender, multilobulated, firm, and freely movable within the dermis. No other rashes or lesions were noted along the eyelid. Visual acuity, extraocular movements, confrontation visual fields, and other findings on visual exam were all normal. The patient reported occasional pain and throbbing in the lesion and periods of bleeding in the nasal area at night, including the month prior to presentation.
Biopsy revealed areas of cartilage and cords of cells with pleomorphic round-to-oval nuclei and abundant eosinophilic cytoplasm. Scattered chronic inflammatory cells were also present within fibrovascular tissue next to cartilage. The histopathological diagnosis was of chondroid syringoma. The tumor was excised en bloc under general anesthesia and the site repaired with a laterally-based skin-muscle flap and a tarsal strip to tighten the lid margin.
The resected tumor was a smooth multilobulated mass covered with an ellipse of skin measuring 52 × 38.5 × 33 mm (Fig 2) . Histopathological analysis revealed an encapsulated tumor within the dermis containing both epithelial and mesenchymal components (Fig 3) . The epithelium was composed of tubules lined by low cuboidal epithelial cells surrounded by myoepithelial cells. Myoepithelial cells blended into the surrounding stroma, in some areas forming sheets. The surrounding stroma contained large amounts of cartilage and some bone fragments. Toluidine blue stain and electron microscopy images showed cells with large, round, displaced nuclei and prominent nucleoli. The cells displayed abundant cytoplasm and no intercellular junctions but did have some intracytoplasmic mitochondria and occasional intermediate filaments. The extracellular matrix showed somewhat electron dense material. No atypical cells or mitoses were noted, and resection margins indicated the tumor had been completely excised. Diagnosis of chondroid syringoma, a benign mixed tumor, was confirmed.
Discussion
Chondroid syringoma is a rare mixed tumor of sweat gland origin first described in 1859 by Bilroth as a tumor type similar to benign mixed tumor of salivary glands. Hirsch and Helwig later classified this tumor type as chondroid syringoma in 1961 1 due to the presence of sweat gland elements in a cartilaginous stroma. Incidence of chondroid syringoma is between 0.01 and 0.1% of all skin lesions.
Tumors usually range in size from 0.5 to 3.0 cm and are typically painless, slow-growing masses present for multiple years prior to presentation. 3 Chondroid syringomas most commonly occur in the head and neck regions. Only 26 cases of chondroid syringoma in the periorbital region were reported through 2006, 2 and few additional cases have been reported in the four years prior to this case. There is only one other recent report of giant chondroid syringoma (> 3.0 cm) of the eyelid. 4 The differential diagnosis of chondroid syringoma may include neurofibroma, dermoid cysts, sebaceous cysts, dermatofibroma, salivary gland pleomorphic adenoma, or basal cell carcinoma. 5 Diagnosis is confirmed with biopsy of the mass demonstrating nests of cells and ducts surrounded by chondromyxoid stroma. 6 The tumor may arise from eccrine or apocrine sweat glands, with some tumors showing features of both types. 2 The apocrine tumor type is more common and characterized by branching lumina lined by two layers of epithelial cells. The eccrine type, in contrast, has smaller lumina lined by a single epithelial layer. The mesenchymal stroma may be chondroid, as in the present case, or myxoid, adipocytic, or fibrous. Rarely, osteoid stroma and mature adipocytes may be observed. 1 The risk of malignancy increases with giant chondroid syringomas greater than 3.0 cm in size, although malignant cases usually arise de novo. 3 Only 30 malignant cases of chondroid syringoma were described as of 2013, 7 and these are more likely to occur in women (1.7:1) and in the extremities (60%; 20% in head and neck). 8 Atypia, necrosis, abundant mitoses or mucoid matrix, infiltrative margins, and poorly differentiated chondroid components may all suggest malignancy. 7, 9 The treatment in these cases remains excisional biopsy, although such patients should be followed closely due to high risk of recurrence.
In conclusion, chondroid syringoma is a rare benign mixed tumor type that should be included in the differential diagnosis for large eyelid masses. Excisional biopsy remains the treatment of choice, and histopathological assessment should be obtained to confirm the diagnosis and identify any signs of malignancy. Ophthal Plast Reconstr Surg. Author manuscript; available in PMC 2018 March 01.
